Preliminary work has suggested linkage of the Nettleship-Falls type of X-linked ocular albinism (XLOA) with three anonymous loci DXS85, DXS16, and DXS9; respectively defined by probes p782/EcoRI pXUT23/13glII, and ~C8/Taq1 (Amer. J. Hu. Genet. X:A161, 1985) . In this study, linkage of XLOA with DXS85 (p782) was dcmonstrated in 1 family (lod=3.4, conf. inter. 0-0.12), and localization of the XLOA locus to the region Xp22 to Xpter was suggested. Prior studies suggested loose linkage of XLOA to the dominantly-inherited Xg allele near Xpter. We studied 2 large families with XLOA via opthalmological exams, skin biopsies for macroaelanosomes, & pedigree analysis. We analyzed segregation at 3 anonymous loci in addition to the Xg locus: DXS85 (p782), DXS9 (RC8), and DXS164 (pERT87-8/Taq1 and pERT87-15/~aqI). Family 1 consisted of 108 members, including 12 involved in this study (2 affected males, 3 carrier females, 7 unaffected). Family 2 consisted of 122 members, including 45 involved in this study (8 affected males, 11 carrier females, 26 unaffected). Linkage of XLOA with DXS85 was confirmed for both families, while DXS9 was uninformative. Further studies with flanking markers (the Xg blood group and the PERT probes) are in progress. Since both families are informative at the PERT locus, it should be possible to define the relative distances between the XLOA locus and flanking loci. Neurofibrornatosis (NF) has been categorized as type I (von Recklinghausen) or type I1 (formerly "Central NF"), and other categories have been proposed (111-VII).
EVIDENCE THAT CELL SURFACE
Our investigations concern a large kindred with NF 11 that Spans 7 generations and includes over 300 members. Affected individuals do not fulfill the diagnostic criteria of NF I. Their symptoms and signs are direct byproducts of the emergence of nervous system neoplasia.
Clinical and histologic data from 28 patients (14 males, 14 females) indicate that the most prevalent neoplasms are acoustic neuromas (AN) (15 cases) followed by meningiomas (MEN) ( 8 cases) and ependymomas (2 cases).
MEN, if present, are diagnosed during puberty or shortly after (earliest onset 16 years) and tend to be multiple.
Individuals developing symptoms later (latest onset 6th decade) tend to be free of MEN, and instead develop AN which most often are bilateral. None of the affected developed optic glioma or pheochromocytoma.
Molecular studies of MEN and AN tissue were indicative of a loss of genes on chromosome 22 (Seizinger et al, 1986 ), a strong clue to the chromosomal location of the defect. Molecular studies of this kindred by the same investigators are in process to determine whether the NF I1 gene is on chromosome 22. (PKU) and for cystic fibrosis (CF). All of the families currently followed in our PKU and CF Clinics were surveyed to test the hypothesis that parents' willingness to use prenatal diagnosis correlates with their perception of burden of disease (i.e. risk of long-term handicap and/or mortality). A questionnaire was mailed to 66 families of children with CF and 37 families of children with PKU. Knowledge about the disease and about clinical genetics in general were examined. Socioeconomic status, level of education, and religious affiliation were ascertained to determine if these were significant predictors of parental responses.
PARENTS' ATTITUDES TOWARD PRENATAL DIAGNOSIS
The responses from each individual were subjected to multi-variant analysis.
In addition, qualitative data were examined utilizing content analysis. The response rates were 562 for CF and 5% for PKU. The overwhelming majority of parents of children with PKU ranked their children as being mildly ill or not ill at all. None indicated that they would use prenatal diagnosis. By contrast, 372 of of children with CF ranked their children as being moderately ill; 19Z of parents of children with CF indicated that they would consider using prenatal diagnosis within the next five years.
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